Introduction {#sec1-1}
============

**What was known?**

Nevus comedonicus presenting along the lines of Blaschko.Minimal response of the comedones of NC with oral isotretinoin.

NC is a developmental anomaly of the pilosebaceous unit. Clinically inflammatory NC is a well known variant of NC. Lesions of NC are most commonly located on the face, neck, upper arms, and chest. However, isolated involvement of lower limb as in our case has not been reported so far.

Case Report {#sec1-2}
===========

An 18-year-old male born of a non-consanguinous marriage presented with complaints of multiple swellings over right lower limb and right buttock associated with intermittent pus discharge for the past four years. The swellings used to rupture over a period of few weeks with pus discharge and subside spontaneously with scarring. The lesions were otherwise asymptomatic. There was no history suggestive of skeletal, ocular or other systemic involvement. No one else in her family had similar complaints. Cutaneous examination revealed groups of dilated follicular openings filled with black, hard plugs, distributed over right lower limb extending from lateral aspect of right buttock upto the middle of right leg along Blaschko\'s lines. He also had mutiple nodulocystic swellings of the size of 1 to 4 cm in diameter, atrophic scarring and fibrous tracts scattered in between \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\]. Routine laboratory investigations including a complete blood count, blood chemistry, and urinalysis were found to be within normal limits. The histopathology of the comedone-like lesion revealed dilated follicular infundibula with prominent orthokeratotic plugging, with surrounding chronic inflammation \[[Figure 3](#F3){ref-type="fig"}\]. Excisional biopsy of the nodulocystic swelling revealed it to be consistent with epidermoid cyst. No other systemic abnormality could be detected. Accordingly, a diagnosis of nevus comedonicus (NC) with epidermoid cysts was rendered. The patient was started on oral isotretinoin at a dose of 0.8 mg/kg/d, and topical ammonium lactate 12% cream twice daily. The epidermoid cysts were surgically excised. After three months of treatment, there was a significant improvement in terms of subsidence of pus discharging lesions and no new lesions \[[Figure 4](#F4){ref-type="fig"}\]; however, there is only a minimal improvement in comedones.

![Multiple nodulocystic swellings with atrophic scarring and pigmentary changes present over the lateral aspect of buttock and thigh](IJD-59-422b-g001){#F1}

![Multiple comedo like lesions and nodulocystic swellings present over lateral aspect of thigh and leg along Blaschko\'s lines](IJD-59-422b-g002){#F2}

![Dilated hair follicle filled with keratin plug surrounded by chronic inflammatory infilterate (H and E, × 400)](IJD-59-422b-g003){#F3}

![Subsidence of nodulocystic swellings with residual scarring and atrophy over lateral aspect of buttock after 3 months of oral isotretinoin](IJD-59-422b-g004){#F4}

Discussion {#sec1-3}
==========

NC is an uncommon skin abnormality caused by a defect in the development of the hair follicle comprising of keratin filled pits. Lesions may develop any time from birth to middle age, but are usually present at birth or develop before the age of 10 years. Clinically, NC is of two types; in the first type, comedones are predominantly seen, while in the second type, comedones undergo inflammatory changes, with late sequelae such as scars, keloids, fistulae and formation of follicular cysts. Our case falls into the second group.

NC may be linear, interrupted, unilateral, bilateral, along the lines of Blaschko, or segmental. Lesions are most commonly located on the face, neck, upper arms, chest, abdomen\[[@ref1]\] and occasionally involve palms and soles,\[[@ref2]\] scalp,\[[@ref3][@ref4]\] female genital area\[[@ref5]\] glans penis.\[[@ref6]\] Most cases are unilateral, but bilateral lesions have also been reported.\[[@ref4][@ref7][@ref8][@ref9]\] Involvement of an entire half of the body has been reported.\[[@ref10][@ref11]\] Nonetheless, NC afflicting the lower limb in isolation has not been described so far. Our case had unilateral NC confined to the right lower limb along Blaschko\'s lines.

There are reports of NC associated with other skin conditions like ichthyosis,\[[@ref12]\] linear basal cell naevus,\[[@ref13]\] cataract,\[[@ref14]\] epidermal nevus\[[@ref15]\] and trichilemmal cyst.\[[@ref16]\] The present case had multiple epidermoid cysts along the distribution of NC, which is a rare association. There is only a single report of epidermoid cyst in association with NC.\[[@ref17]\]

The therapy of NC includes excision, dermabrasion, cryotherapy, coagulation, extraction of comedones, and the use of topical agents such as retinoic acid, urea, tretinoin, and ammonium lactate lotion.\[[@ref18]\] Therapeutic options for patients with inflammatory NC include systemic antibiotics, intralesional corticosteroid injections or oral isotretinoin. There are several reports of inflammatory NC in which isotretinoin was only minimally effective.\[[@ref19][@ref20]\] In contrast to previous reports, our case showed significant improvement in inflammatory lesions, however this patient needs to be followed up to look for the recurrence of inflammatory component of NC after stoppage of isotretinoin.

We herewith report a case of unilateral inflammatory NC distributed only over the right lower limb along the Blaschko\'s lines and associated with epidermoid cysts. In addition, we also report the significant response of inflammatory component of NC to oral isotretinoin in our patient.

**What is new?**

Nevus comedonicus affecting unilateral lower limb in isolation, with sparing of classical sites.Rare co-existence of nevus comedonicus and epidermoid cyst with only one report so far.
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